In mice, susceptibility to intracellular infections in inbred strains is controlled by a single locus, LshlItylBcg, and the gene responsible has been cloned and designated Nramp (Natural resistance associated macrophage protein). We have identified a group of related children who appear to have a single gene defect, inherited recessively, which results in increased susceptibility to myocabacterial infection. The immunological defect observed in the affected children resembles that in mice homozygous for the LshlItyl Bcg susceptible allele. To test the hy-I~/ 1 1 > 42 3[a-
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